Case report
A 46-year-old man complained of severe visual loss starting 2 years earlier, originally without headache or eye pain. The first manifestation was transient visual obscuration. This was followed a few months later by loss of the peripheral field, but with preservation of central vision. Six months before the first examination, severe headache set in, associated with reduced central vision. The patient's body mass index (BMI) was 26.5 kg/m 2 . Upon examination, visual acuity was no light perception in the right eye and hand movements in the temporal field of the left eye. The pupillary light reflex was poor in both eyes. No abnormality was seen on biomicroscopy, and the intraocular pressure was 12 mm Hg in both eyes. The fundus examination revealed atrophic optic nerve and optociliary shunt vessels in both eyes (Figure 1 ). Manual perimetry could not be performed due to severe visual loss.
Magnetic resonance imaging (MRI) revealed no space-occupying lesion, but flattening of the posterior sclera and partially empty sella were present (Figure 2 ). Magnetic resonance angiography (MRA) showed transverse and sigmoid sinus narrowing to the left but no signs of thrombosis (Figure 2 ). The lumbar puncture opening pressure was 42 cm H 2 O, with normal constituents.
Both eyes were submitted to optic nerve sheath fenestration via the medial transconjunctival approach. Five days after surgery, a regression of collateral vessels was observed in both eyes (Figure 1 ). Visual acuity in the left eye improved to counting fingers at 2 m. The right eye remained at no light perception.
The reported case (a male with BMI <30 kg/m 2 ) illustrates the difficulty of diagnosing atypical pseudotumor cerebri. The absence of headache in the early stages and the presence of optic atrophy (rather than papilloedema) at the time of the first examination made diagnosis even more challenging. The presence of optociliary shunt vessels was the only finding suggesting intracranial hypertension as the cause of optic atrophy (after ruling out optic nerve sheath meningioma and central retinal vein occlusion). atrophy, no optic nerve oedema is observed due to retinal ganglion cell damage; thus, papilloedema is not a useful clinical parameter. The regression of optociliary shunt vessels documented in the present case served as a parameter of successful optic nerve sheath fenestration.
